The prune belly syndrome, in its pure form, comprises complex malformations of the urinary tract, bilateral undescended testes, and absence of the anterior abdominal wall muscles. Examples are seen with abdominal wall muscles present to a varying degree; such boys are called 'pseudo-prunes', but this term must not be allowed to mislead as good muscles are not necessarily a sign of a good urinary tract. A similar condition can be present in girls although it is rare, and obviously without the undescended testes.
In this paper we review 47 boys with this syndrome (including 10 pseudo-prunes) born between 1948 and 1977, and describe our present scheme of management.
Patients and methods
The notes of the 50 patients with the prune belly syndrome seen in these hospitals, born between 1948 and 1977, were reviewed. Twenty-six cases were referred in the first year of life and 24 later. Thirtytwo cases are still under our review and 6 others have died. Contact was made with the medical teams caring for the remaining 12, but adequate information was available for only nine. Our present management is based on the results achieved in the 47 boys for whom there was detailed follow-up information.
Diagnosis
The diagnosis was generally obvious at birth, but in 9 boys it was delayed for between 2 months and 9 years, despite the fact that some of them had no abdominal wall muscles.
In none was there a family history of the syndrome. Two patients each had an unaffected male twin, one of whom died 8 hours after birth from respiratory distress syndrome. One mother had a strong family history of an unspecified renal disease.
There had been no particular problems in pregnancy or labour. One mother was hypertensive and another had taken thalidomide.
Other major congenital abnormalities were rare Figure Micturating cystourethrogram The most pleasing aspect of this syndrome is the manner in which the boys develop: despite gross urinary tract abnormalities they grow normally. Unless other problems prevent it, they should go to normal schools and take part in the usual school activities.
The absence of anterior abdominal muscles does not appear to be a handicap and is compensated for by other muscle groups. The only movement they cannot make is to sit up from the supine position; they must roll over to one side first. Support for the abdominal wall is not necessary. Three boys had abdominal plications: it did little to improve function or appearance and we no longer consider it necessary. Likewise, we do not use abdominal corsets. As the child grows, the wrinkled abdominal appearance is replaced by a premature 'beer belly'.
The testes
By definition, the testes were always undescended. They were most commonly found just below the lower pole of the kidney. In patients with some abdominal muscle (the so called pseudo-prunes) they were lower and even in the inguinal canal.
The diagnosis of prune belly syndrome should be reconsidered critically in any boy with normally descended testes.
We have brought down testes at the same time as definitive ureteric surgery. If it had become clear that ureteric surgery would not be needed, generally at about 7 years old, orchidopexy was performed. Except with a very low testis, surgery involves division of the testicular artery, blood supply being maintained by the artery to the epididymis and a pedicle of peritoneum.
Reasonable puberty has occurred in 12 boys. Although the prune testis is said to be a better organ than other types of cryptorchid,7 we have seen only one boy develop wide distribution of body hair and masculine muscles. No boy is known to have fathered a child. Testicular function is currently being investigated and the results will be presented later.
One boy who had married and had normal sexual intercourse, has developed teratoma of the testis.8 This experience must mean that a careful watch should be kept on the testes in this syndrome.
Discussion
The prune belly syndrome has been well described in all its forms.1 5 
